SUMMARY A Syrian family is described with three children who had inherited selective vitamin B,2 malabsorption associated with proteinuria. (Imerslund-Grasbeck syndrome). Although inherited the defect was apparently not present at birth. A third child had less severe vitamin B,2 malabsorption, was not vitamin B,2 deficient and had no proteinuria. Studies on two of the affected children with subcellular fractionation of the uptake of radioactive vitamin B,2 by ileal tissue in vivo indicate a defect in the ileal receptors for IF-bound vitamin B,2. These findings are different from the single in vitro experiment on a patient with this condition that has been previously reported. ' Familial selective malabsorption of 13 Vitamin B,2 absorption was studied using cyanocobalamin labelled with 58Co and doses of 1 ,ug (containing 1 microcurie 58Co vitamin B12) were given. Absorption was measured using a Nuclear Enterprises whole body counter.
In addition to, and on a separate occasion from the measurement of vitamin B,2 absorption, vitamin B,2 uptake in the ileum in vivo was examined by subcellular fractionation of ileal biopsy specimens. Table) . They also had selective malabsorption of intrinsic factor-bound vitamin B,2 (radiologically normal stomach and small bowel, jejunal and ileal biopsies were normal, and normal ileal mucosa by electron microscopy). They also had proteinuria. 
